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Harding' described the clinical and genetic features of 20 patients with progressive cerebellar ataxia, developing within the first two decades, and associated with dysarthria, pyramidal weakness and retained or increased knee jerks. In addition to the preservation of tendon reflexes, other features distinguishing it from Friedreich's disease (FD) were a better prognosis and absence of optic atrophy, cardiomyopathy, diabetes mellitus, and severe skeletal deformities. Harding Clinicalfeatures The figure shows the histogram of the frequency distribution ofonset age. Two peaks were evident at 0-3 and 12-15, and there was a significant departure from normality (Chi-square = 11-16; df = 4; p < 0-05).
The most frequent presenting symptom was gait ataxia (75%), followed by dysarthria (15%), tremor (10%) and lower limb weakness (10%). Clinical and genetic heterogeneity in early onset cerebellar ataxia with retained tendon reflexes Comparison with FD EOCA patients were compared with a personal series of 70 FD patients3 (Filla et al unpublished). Age at onset was later in FD: 11-7 (4 6) (t = 2-24; df = 87; p < 0-05). As well as knee jerks and tonus, EOCA also differed from FD with a higher occurrence of abnormal eye movements, finger-to-nose dysmetria, lower limb weakness and wasting, extensor plantar response, and skeletal deformities. Furthermore, abnormalities of peripheral nerve conduction studies and somatosensory evoked potentials were more frequently found in FD, whereas cerebellar atrophy at CT scan was more common in EOCA (table 2) . ECG abnormalities in EOCA patients were similar to those found in FD, but less frequent. EOCA patients reached IAPS Stage 3 later after onset than did FD patients, 21-7 (12-5) years, versus 7-3 (4-1); t 3-87; df = 21; p < 0-01). Although mean (SD) ages of our patients with EOCA and FD, 27 7 (10-5) versus 24 0 (9 1), were comparable, less EOCA patients were in IAPS stage 4 (10 versus 40%).
Discussion
Harding2 described EOCA as the most frequent, after FD, among the early onset inherited ataxias of unknown aetiology. EOCA differs from FD mainly in preservation of knee jerks. Similar cases have been described previously in the literature. Fraser,7 Nonne8 and Fickler9 also gave results of the necropsy examinations; in particular, Fickler's case showed atrophy of the cerebellum, pons and inferior olives.
We describe 20 patients with similar clinical picture, which account for 9% of all spinocerebellar degenerations and 16%/`of the early onset forms observed by us.
In this series we did not find any evidence of dominant transmission. The segregation ratio was 0 164, slightly and not significantly lower than the expected value (0 25) for an autosomal recessive disease. Furthermore, the consan- 
